Japanese neurosurgeons have recently described a new cerebrovascular syndrome in which cerebral angiography demonstrates certain characteristic features. This syndrome comprises (1) narrowing or occlusion of both internal carotid arteries at the level of the supraclinoid segment, and (2) a fine angiomatous vascular network at the base of the brain.
Since the first report of this unusual cerebrovascular pattern, by Kudo in 1968, similar cases have been reported throughout Japan. In a symposium held during the 18th general assembly of the Japan Medical Association 1971 researchers presented a total of 376 cases of this syndrome occurring in Japan alone (Kudo, 1971) . In contrast with the rapid accumulation of reported cases in Japan, only a few reports have appeared in Western medical literature. As far as we know, only 25 cases have been reported outside Japan (Weidner et al., 1965; Simon et al., 1968; Busch, 1969; Lepoire et al., 1969; Taveras, 1969; Urbainek et al., 1970; Vuia et al., 1970; Galligioni et al., 1971; Iraci et al., 1972) , and even four of these occurred in Japanese descendants. Because of the apparent higher frequency of occurrence in the Japanese, the disease entity may have some significant racial incidence.
In the adult group with this disease, subarachnoid haemorrhage is a common complication, whereas intracerebral haemorrhage is rare-so rare that only three necropsy cases with massive intracerebral haematoma have 365 been reported (Ando et al., 1967; Maki et al., 1967; Vuia et al., 1970 (Kudo, 1968 (Kudo, , 1971 Nishimoto and Takeuchi, 1968; Simon et al., 1968; Suzuki and Takaku, 1969; Taveras, 1969; Urbanek et al., 1970; Galligioni et al., 1971; Hori et al., 1971) . The aetiology of this entity is unknown, and considerable controversy exists about whether or not the disease belongs to the group of congenital malformations or represents collateral circulation secondary to an obscure occlusive process, perhaps some form of arteritis. Since our patient had no previous symptoms, in spite of extensive intracranial occlusion, we think that the disease could begin early in life, perhaps even during the intrauterine stage.
For the purpose of classification based on symptomatology, patients with this disease entity exist in one of two major categories: a younger and an older adult group. Symptoms of the younger group are (1) repeated episodes of cerebral ischaemia, such as hemiplegia, dysphasia, and headache, and (2) mental retardation. However, in the adult group, the most common initial manifestation is subarachnoid haemorrhage (Kudo, 1968 (Kudo, , 1971 Nishimoto and Takeuchi, 1968; Suzuki and Takaku, 1969) . According to Nishimoto and Takeuchi (1968) , subarachnoid haemorrhage occurred in 12 of 23 adults, yet for the younger group, in only two of 73 patients.
Some necropsy reports have referred to the histological findings of enlarged perforating arteries close to the occluded major cerebral arteries (Ando et al., 1967; Maki et al., 1967) . Maki and his associates (1967) reported that the perforating vessels at the base of the brain had widened lumina and thin walls, in which the muscle layer was sparse or absent. Occasionally, the internal elastic membrane was also absent. Vuia and associates (1970) found a series of hypoplastic and ectasic vessels within the pia mater and parenchyma, including the haemorrhagic area in their necropsy case which had massive intracerebral haematoma. These thinwalled and enlarged vessels serving as collateral channels are thought to be fragile. Fisher (1959) reported two cases with hypoplasia of the unilateral carotid artery. The patients both died, one because of massive intracerebral haemorrhage and the other due to intraventricular haemorrhage. Both haemorrhages occurred on the side having the hypoplastic artery. Smith et al. (1968) also reported a case with bilateral hypoplasia of the internal carotid arteries in which the patient died from massive intracerebral haemorrhage. In such a patient, the intracerebral vessels have insufficient blood supply from the internal carotid arteries and tend to rupture, thus causing the fatal haemorrhage.
Regarding so-called spontaneous intracerebral haematoma, Margolis et al. (1951) and Krayenbiihl and Siebenmann (1965) have emphasized the importance of small vascular malformations as a source of bleeding. It is possible that the unusual angiomatous net-like vessels found in our case caused the intracerebral haemorrhage, although the frequency of rupture of these deep vessels is probably far less than that of pial vessels, which can cause subarachnoid haemorrhage.
All reported cases with intracerebral haematoma in association with this disease died, except for the patient reported by Hori et al. (1971) . Accordingly, we believe that surgical evacuation of the haematoma is the treatment of choice. Without surgical intervention, one can expect a fatal outcome. 
